I. CHANGING CLINICAL PROFILE OF OPTIC NERVE HYPOPLASIA
Hypoplasia of the optic nerve is a developmental anomaly in which there is a subnormal number of axons within the affected nerve, although the mesodermal elements and glial supporting tissue of the nerve are norma1.1,2 Though once considered rare,3,4 optic nerve hypoplasia is now appreciated to be a relatively common congenital anomaly that may present with a wide spectrum of visual disabil ities.s Although it was once thought that this anomaly was only compatible with very poor visual acuity it is now well documented that it may occur even in the presence of normal visual acuity or subtle visual field changes.6,7
Optic nerve hypoplasia may occur as an isolated defect or in association with facial, ocular, or cranial anoma lies.2,s A number of distinct endocrine developmental problems as well as central nervous system anomalies are associated with optic nerve hypoplasia. Indeed, as will be discussed later in this paper the variety and wide distri bution of anomalies associated with optic nerve hypo plasia is often cited when discussing a proposed pathophysiological model for this optic nerve anomaly.2,s,9
The diagnosis of optic nerve hypoplasia in the extreme case is not usually difficult to make. The disc substance is markedly reduced and usually surrounded by an area of bare, exposed sclera which appears to coincide with the gap between the retinal pigment epithelial border and where a normal sized disc should have extended.4,s The retinal nerve fibre layer is variably thinned and the disc itself may appear grayish or even white in colour. 1,3 A diagnosis becomes much more difficult when the degree of hypoplasia is less extreme, or even segmental in nature.
The diagnosis of optic nerve hypoplasia remains primarily a clinical one. Infrequently photographic evaluation of the ratio of vessel size and disc size or the discmacula to disc diameter ratio may lend assistance in establishing the diagnosis. 1 1 Axial tomography of the optic canals, and ultrasound evaluation of the orbital portion of the optic They found that a peak of 3.7 million axons could be iden tified at 16 to 17 weeks gestation followed by a very rapid decline to the normal adult number of 1.1 million axons by the 31 st gestational week. Could an exaggeration of this normal developmental process account for the pathogene sis of optic nerve hypoplasia?
The precise mechanism that controls and determines the trajectories of the developing optic nerve axons has yet to be precisely defined. However it is clear that the optic stock is an essential conduit along which the axons grow. 
IV. THE PROBLEMS
The evidence appears to be overwhelming against any 
V. CONCLUSION
Optic nerve hypoplasia is now recognised as a frequent clinical disorder. The profile of this optic nerve anomaly has radically changed in the last 20 years and its diverse and subtle forms are increasingly appreciated by ophthal mologists. The simplistic notion that it results from a fail ure of ganglion cell development no longer seems to be tenable. It is enticing to endorse the notion that it repre sents an exaggeration of the normal process of axonal cell death that occurs in the developing visual pathways. How ever this thesis has its problems. Further investigation of the development of the normal optic nerve is necessary before we can unravel some of the puzzles that surround the pathophysiology of optic nerve hypoplasia and optic atrophy.
